Progressive pseudorheumatoid dysplasia is an inherited skeletal dysplasia with radiographic changes notably in the spine, similar to spondyloepiphyseal dysplasia tarda. There is also articular cartilage involvement which gives it some clinical resemblance to rheumatoid arthritis. We report here on six subjects from one inbred family from Jordan. Based on previously published reports and this one, we review the clinical and radiological features and discuss the genetics and differential diagnosis of the disorder. We suggest the addition of the word "spondyloepiphyseal" to the name adopted by the International Working Group on Constitutional Diseases of Bone, to become "progressive pseudorheumatoid spondyloepiphyseal dysplasia". We also speculate on candidate genes for this disorder.
IV ( 1) . We also review the published reports pertaining to the clinical, radiographic, and genetic aspects of this condition.
Case reports CASE 1 The proband, VIII.8, currently a 7 year old male, presented to physicians three years ago with progressive bowing of the lower limbs, genu varum (fig 2) . He walked at the age of 1 year and the bowing became noticeable by the age of 2 years. His height on several occasions was on the 1 0th centile for age, without correction for the genu varum. The remainder of his growth parameters, as well as his intelligence, were normal. At the age of 6 years he started to show minimal fusiform swellings of the metacarpophalangeal and interphalangeal joints with slight limitation of extension of the fingers. Joint pain was not a constant complaint but became evident when tired. He underwent corrective surgery for the genu varum at the age of 6 years. The radiological findings at the age of 2 years were minimal irregularity of the medial aspect of the epiphyses and the metaphyses of the distal femora and proximal tibiae and mild genu varum deformity. At the age of 6 years, the radiographs of the spine showed platyspondyly, in particular at the thoracolumbar junction, with obvious irregularity of the vertebral end plates. Lower limb radiographs showed marked genu varum deformity with medial beaking of the upper tibial shafts and metaphyseal El-Shanti, Omari, Qubain irregularity of the proximal and distal tibiae. There was mild enlargement and flattening of the epiphyses of the distal femora. Radiographs of the hands showed mild enlargement of the metacarpal and phalangeal epiphyses. CASE 2 The brother of the proband, VIII.9, currently 51/2 years old, walked at the age of 1 year and showed bowing around the age of 21/2 years. His height was on the 50th centile for age. The radiological findings were similar to the early findings in the proband. CASE 3 The sister of the proband, VIII. 10, currently 4 years old, walked at the age of 1 year and showed bowing around the age of 21/2 years. Her height was on the 90th centile for her age. The radiological findings were similar to the early findings in the proband. The father of the proband, VII.7, currently 37 years old, walked at the age of 8 months and was noticed to have bowing of his legs at the age of 3 years. At the age of 8 years he started to have joint swellings with minimal pain and limitation of movement. Contractures developed in the hips, knees, elbows, and wrists by the age of 20, following a slowly progressive course. Progressive scoliosis was noticeable a few years later. Now, he has severe contractures of hips, knees, ankles, shoulders, elbows, and wrists with swelling and pain that is relieved by rest and non-steroidal antinflammatory drugs. He also has fusiform swelling with limitation of movement in most hand and foot joints. The face and head are normal.
The radiological findings in the spine were universal platyspondyly and kyphoscoliosis deformity (fig 3) . Radiographs of the extremities showed flattened and enlarged epiphyses at the hips, knees, ankles, shoulders, elbows, and wrists with osteophytic lipping and loss of joint space (fig 4) . There were signs of superimposed osteoarthritis with flexion deformities. The hand and foot radiographs showed enlarged epiphyses and metaphyses of the metacarpal, metatarsal, and phalangeal bones with loss of interphalangeal joint space and periarticular osteoporosis (fig 5) . No soft tissue swellings or erosions could be seen.
CASE 5 The paternal aunt of the proband, VII.4, is currently 48 years old. She has a similar clinical and radiological picture to her brother (VII.7). CASE 6 The paternal uncle of the proband, VII.6, died this year at the age of 52 years from ischaemic The onset of the disease is between 3 and 11 years with the majority presenting before the age of 8. Overall, the adult height is moderately reduced although early in the disease it is usually within the normal range.' 2 5 6 1018 This moderate reduction in height is explained by the progressive contractures in the hips and knees and the spine deformities.'26 Where upper to lower body segment ratios were available, it was less than 1.1 6 8 In our family, all the three younger patients are of normal height.
However, Leguis et al'5 reported two brothers and one sister, presumably with the disorder, who reached normal adult height.
Multiple joints are involved with pain, swelling, decreased mobility, and progressive deformity, including the hands, hips, elbows, knees, wrists, shoulders, ankles, feet, and intervertebral joints, in order of decreasing frequency."'2 -12 One patient had involvement of the hand joints only.' Scoliosis, kyphosis, or lordosis may develop.' 2 1015 20 There are no reports of the involvement of the temporomandibular joints. From observing our proband, the metacarpophalangeal and proximal interphalangeal joints were involved before the distal interphalangeal joints. This was also the experience of others who had the chance of witnessing the development of the disease in their patients. ' Whenever mentioned, all patients had a normal facial appearance and normal intelligence. 2 6 8.10 There was generalised weakness and mild progressive muscular atrophy in some patients.2 18 20 Spranger et al2 19 20 noticed that none of their patients responded to any of the antirheumatic drugs whether steroidal or non-steroidal. One child reported a decrease in joint pain while on a non-steroidal antinflammatory drug, but without objective improvement of the swelling.'4 In our family, patient VII.7 reported relief of joint pain with improved mobility, also without documented objective improvement. In the last two instances, the response is probably the result of the analgesic effect of these drugs. The joint swelling and contractures in this disorder clearly do not respond to antirheumatic drugs.
RADIOGRAPHIC PICTURE
The spine radiographs show universal platyspondyly,' 2 5-12 15 18 although this is not the earliest radiographic finding.'8 Our proband started showing platyspondyly by the age of 6, while earlier radiographs were normal. Early on there are varying degrees of end plate irregularity.' 2 7 The vertebral bodies are ovoid without the posterior deformation of the plates which characterises spondyloepiphyseal dysplasia tarda. Scoliosis, kyphosis, especially thoracolumbar, and lordosis may be present.' 2 6 12 15 Pelvic radiographs show enlarged capital femoral epiphyses in childhood; coxa vara and irregularities of the articular surface of the femur and acetabulum appear later.' 2 5-12 18 There is progressive loss of joint space, periarticular osteoporosis, and premature osteoarthritis. ' 5-7 15 Radiographs of involved joints show widened epiphyses and metaphyses, loss of joint space with periarticular osteoporosis, and irregular articular surfaces.' 2 5-12 15 18 The radiographic picture has been reviewed by Kozlowski et 
